SUMMARY A two-year-old girl, who presented with congestive heart failure and an extensive anterolateral infarction, was thought to have anomalous origin of the left coronary artery from the pulmonary artery. She improved rapidly and remained symptom free until 13 years of age, when she died suddenly. At necropsy the right coronary artery was found to be normal but in the left aortic sinus a dimple was the only remnant of the left coronary ostium. The proximal segment of the left coronary artery was diminutive and did not connect with the aortic root. This is the first report of a long term follow-up of a patient with this rare anomaly.
The majority of left coronary artery malformations are anomalies of its site of origin. The clinical picture in patients with aberrant origin of the left coronary artery from the pulmonary artery, leading to myocardial infarction and congestive heart failure in infancy, is well recognised.' 2 We describe a patient who in infancy presented with the same clinical and electrocardiographic features, became asymptomatic later on in childhood, and died suddenly at 13 years of age. At necropsy a normally situated but atretic left coronary ostium was found.
Case report A girl was born by normal delivery after an uneventful pregnancy, birthweight 3 kg, both parents and an older sister were healthy, and growth and development were normal until 22 months of age when anorexia, tiredness, and tachypnoea were noticed. A chest x-ray film, taken because a respiratory infection was suspected, showed gross cardiomegaly and increased pulmonary vascular markings. When admitted on 24 April 1969, the patient was pale, sweating, and obviously in cardiac distress. The heart rate was 160/min and the respiratory rate was 68/min.
The face was puffy and the liver was palpable 6 cm below the costal margin. On palpation a heaving left ventricular impulse, displaced to the mid-axillary line, was felt. A grade 2/6 systolic murmur and a loud gallop were heard at the apex. The electrocardiogram (Fig. 1) showed sinus rhythm and a mean frontal QRS axis of + 300. Deep Q waves and sharply inverted T waves were seen in I, aVL, and the left precordial leads. In V3 and V4 the ST segment was much raised. The diagnosis was anterolateral myocardial infarction, probably caused by anomalous origin of the left coronary artery from the pulmonary artery. After two weeks of treatment with digoxin and diuretics, the tachypnoea, tachycardia, and hepatomegaly disappeared and the patient was discharged.
She was readmitted for cardiac investigation at 2/ years of age. The apex beat was displaced and a soft systolic murmur was heard at the fourth left intercostal space. There were no signs of congestive heart failure. The electrocardiogram showed the same Q waves but the ST elevation had disappeared.
Right and left cardiac catheterisation (Table) 1 min) provoked no chest pain. There was no ST segment depression but the T waves in V4 to V6, which were negative at rest, became positive. On the basis of these results it was felt that cardiac surgery and a saphenous vein graft could be postponed for a few years. The patient remained symptom free. At 13 years of age she died at home suddenly. One morning she was found pale, unconscious, and gasping. She was given mouth-to-mouth respiration and rushed to the emergency department of the hospital but was dead on arrival. The days before her death she had had a slight fever, probably unrelated to the fatal outcome.
At necropsy the right coronary artery was found to arise normally from its coronary sinus. In the left aortic sinus a dimple was the only remnant of the left coronary ostium. The proximal segment of the left coronary artery was diminutive. Before the heart was opened, a coronary angiogram with injection of the right coronary artery (Fig. 2) Van der Hauwaert, Dumoulin, Moerman
The same mistake was made in the two reported infants. 35 We therefore suggest basing the diagnosis of anomalous origin of the left coronary artery on the visualisation of the anomalous connection after retrograde filling, which is possible in most cases,2 and not only on the non-opacification of the left coronary artery after injection of the aortic root. Failure to show the left main coronary artery after retrograde filling from the right coronary artery strongly suggests atresia of the left coronary ostium.
Judging from the postmortem angiograms, the anomaly in our patient was probably not amenable to surgery. The small calibre of the main stem and major branches of the left coronary artery precluded the construction of a saphenous vein graft. Successful surgical correction and hence creation of a two coronary system have been reported in one adolescent4 and one adult7 who both presented with long standing angina pectoris.
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